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Maxwell and Kimball (1) first reported on the
familial aspects of systemic amyloidosis. Andrade
(2) reported a disease, "Mal dos peinhos" endemic
to a region of Portugal, that tended to he familial;
definite histopathological evidence of primary
systemic amyloidosis was obtained in autopsies
moving boundary clectrophorcsis in cases of
primary systemic amyloidosis, and clearly showed
the familial tendency of this disease.
The occurrence of familial primary cutaneous
amyloidosis was first reported by Isaak (4) and
confirmed by Porto and Posse Filho (5, 6). Porto,
FIG. 1. Electrophorcsis diagrams of serum in familial localized cutaneous amyloidosis (left) and of a
normal serum (right). Note the atypical peak (alpha 2') indicated in left diagram.
of two cases. Rukavina, Blcck and Curtis (3)
demonstrated the presence of an abnormal serum
globulin, alpha 2'-globulin, by means of free-
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Curtis, Cardoso and Venflncio (7, 5) showed that
the abnormal serum globulin, alpha 2', was also
present in the sera of two cases of familial local-
ized cutaneous amyloidosis (L.C.A.).
The following is a report of the electrophoretic
findings on the sera from 20 patients with histo-
logically proven L.C.A. and from 16 of their rela-
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Fra. 2. Relationship of inheritance pattern,
clinical localized cutaneous amyloidosis, and
alpha 2' globulin in sera from patients descended
from case 15. LCA—localized cutaneous amy-
loidosis.
METHODS
Two ml. of clear centrifuged serum were diluted
with 6 ml. of vernonal buffer at pH 8.6, ionic
strength 0.1. The diluted serum was dialyzed for
18 hours against 500 ml. of buffer at 0°C. Elec-
trophoresis was done in the Perkin-Elmer electro-
phoresis apparatus (Model 38). Experiments were
usually run for 90 minutes at 0—2°C. with the cur-
rent adjusted to 13 mA. The ascending boundary
was used for identification of the peaks.
The ratio of the mobility of the alpha 2' globulin
fraction to that of albumin in the serum was cal-
culated, the mean value in 35 cases being 0.60
0.07. This is essentially the same as that found by
Rukavina et at. (3) and similar to that of alpha 3
globulin, normally occurring in dog plasma and
lymph, found by Magalhhes, Venftncio, Cardoso
and Cruz (9).
RESULTS AND DISCUSSION
Figure 1 is representative of electrophoresis
diagrams obtained from patients with L.C.A.
and from normal subjects.
Sixteen of the twenty-one patients with L.C.A.
had the abnormal alpha 2' globulin in their sera
(Table I). Although the positive relationship be-
tween the presence of L.C.A. and serum alpha 2'
globulin is very high, serum from five of the
patients with histologically proven L.C.A. did
not contain the abnormal globulin. No explana-
tion for this can be given.
The familial tendency of L.C.A. with the pres-
TABLE I
Presence of alpha 2' globulin in serum of patients
with localized cutaneous amyloidosis
Age
Papular
Papular
Maculo-papular
Papular
Macular
Papular
Maculo-papular
Maculo-papular
Papular
Macular
Papular
Macular
Macular
Macular
Maculo-papular
Macular
Macular
Macular
Papular
Papular
Macular
* Localized cutaneous amyloidosis not proven
histologically.
ence of alpha 2' globulin in the serum is well
illustrated by figure 2. Case 15 had eleven off-
springs, seven of whom were examined in this
study. Five of the seven had the alpha 2' globu-
lin present in the sera although none of them ex-
hibited skin lesions of L.C.A. Case 13 married
to case 40, who was normal, produced two chil-
dren, one of whom had the abnormal globulin
present in the serum. Case 17 married to case 20
(unrelated) who had both L.C.A. lesions and the
alpha 2' globulin in the serum, produced four
children, three of whom had serum with alpha 2'
globulin present. The offsprings with positive
alpha 2' serum globulin ranged in age from 5 to 32
years. Whether they will develop the skin lesions
of L.C.A. as they become older is a matter of
speculation.
In three of the cases studied that had L.C.A.
and alpha 2' serum globulin no familial tendency
was observed. Case 24 had one normal offspring.
Case 19 had two normal sisters, and case 38 had
one normal sister.
LGA AND ALPHA — 2' GLOBULIN
Type of LeaionCaneNo.
1
3
4
6
9
10
11
12
15
19
20
21
24*
27
30
31
32
34
38
44
45
Sex
M
F
F
M
F
M
F
F
F
F
M
F
F
F
F
F
F
F
M
F
M
24
23
40
45
39
45
36
29
69
35
38
26
56
40
54
56
56
28
52
44
42
tives. The serum from one patient (case 24),
with typical macular L.C.A. but not proven
histologically is also included.
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SUMMARY
Sixteen of twenty-one patients with localized
cutaneous amyloidosis had serum that contained
an abnormal alpha 2' globulin that could be de-
tected by free-moving boundary electrophoresis.
Nine out of thirteen descendents of one woman
with localized cutaneous amyloidosis and the
abnormal serum globulin peak exhibited the
presence of this abnormal globulin in their sera.
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